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Two Cases of Pulmonary Lymphangioleiomyomatosis Associated with Tuberous Sclerosis

Jeong Cheon Ahn, M.D., Weon Yong Joh, M.D., Kwang Ho In, M.D.
Kyung Ho Kang, M.D. and Se Hwa Yoo, M.D.

Department of Internal Medicine, College of Medicine, Kovea Universily, Seoul, Korea

Tuberous sclerosis is an autosomal dominant disorder characterized by mental retardation, epi-
lepsy, and adenoma sebaceum. Associated lesions include retinal phacomata, shagreen patches,
subungal fibromata, and benign visceral tumors such as pulmonary lymphangioleiomyomatosis.

Lymphanglolelomyomatosm occurs exclusively in women, usually durmg the child- bearmg years,
and is characterized by prollferatlon of smooth muscle along the lymphatic vessels of the lung,
thorax, abdomen. Proliferation of smooth muscle results in interstitial and obstructive lung disease,
recurrent pneumnothorax, and chylous pleural effusions. ‘

We saw two cases of pulmonary lymphangioleiomyomatosis associated with tuberous sclerosis in
women of reproductive age. We report the cases with a brief review of the literatures.
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Chest PA: There are diffuse nodular and
reticular densities in the lower lung fields,

closed thoracostomy state {Case 2).

.
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Fig.

1. Adenoma sebaceum showing symmetric distri-

Fig.

bution on face (Case 1).

Fig. 3. Open Lung Biopsy, the smooth muscle proliferation is seen

around the terminal bronchioles (H&E 100x. Case 1).
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Fig. 4. Masson trichrome stain confirms the smooth muscle compo-
nent. surrounding irregular lymphatic channels (Trichrome,

40x. Case 1).
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Fig. 5. Chest PA: Interstitial markings are diffusely
increased in both lungs (Case 2).
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Fig. 6. Chest HR CT: there are bilateral, diffuse
cystic lung lesions with thin walls (Case 2).

Fig. 7. Renal angiography: multiple bilaferal an-
giomyolipoma in both kidneys (Case 2).
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Fig. 8. Brain CT: there are scattered nodular cal-
cifications at cerebrum especially per-
iventricular area (Case 2).
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